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publication date of 1995, there are references to litera-Mission Impossible:
ture as recent as 1995. There is ample cross-referencingIntegration of Metabolic and probably more than might be expected in a compa-
and Degenerative Diseases rable multi-author text, but less than would be possible
with modern computer based indexing programs. The
major drawback of such a dual-authored text is that the
expertise of two individuals is more limited than that ofMetabolic and Degenerative Diseases of
many. Hence, the depth of coverage of topics tends tothe Central Nervous System: Pathology,
be variable.Biochemistry and Genetics
In general this is an informative book with plenty ofBy Jorge CervoÂ s-Navarro and Henry Urich.
references for further reading when the expertise of theSan Diego: Academic Press. (1995). 873 pp.
authors is tested. A particularly helpful feature is a liberal$169.00
use of synonyms and alternative nomenclature for most
entities in the section titles. This is particularly beneficial
to the reader who is attempting to integrate concepts
from diverse sources in the literature, where consider-The title of this book should be the first indication that
able variability in medical and scientific nomenclaturethis is an unconventional book. The book is essentially
is common for rare conditions. The detail provided intwo books in one. Both parts cover a very large num-
the Table of Contents is helpful as a starting point andber of pathological entities to varying depths, and the
often essential in understanding how seemingly dispa-amount of space devoted to a particular topic is roughly
rate topics are grouped. References are provided in aproportional to its frequency. The first section is on met-
single and extensive bibliography. This avoids redun-abolic disorders affecting the nervous system, orga-
dancy incitations that is inherent in multi-authored texts.nized along principles shared by other such books,
There are 144 pages of references, with about 25 refer-namely, chemical. Included with more traditional topics,
including disorders of carbohydrate, amino acid and ences per page and, thus, over 3500 references, with
lipid metabolism, and the lysosomal storage diseases, no duplications! The reference list includes both select
the authors also discuss entities such as amyloidosis classic references of historic interest and current refer-
and disorders associated with mineral or pigment accu- ences. The emphasis is on neuropathology literature.
mulation. The latter conditions are complex disorders Most of the references are in English, but original refer-
that do not easily fit into defined chemical categories. ences in French and German are also included. Surpris-
The second section of the book devoted to degenera- ingly few Spanish references are cited.
tive diseases is also conventionally organized along lines The book is ªencyclopedic,º but it is not a source for
of anatomical subdivisions of the neuroaxis. The attempt detailed information on many of the topics, especially
to pigeon-hole disorders into anatomical categories the clinical and genetic or biochemical fine points.
(e.g., cortex and white matter, deep gray matter, cere- Among the better sources for detailed genetic and mo-
bellum, spinal, motor neurons, and peripheral nerves) is lecular biological informationare The Metabolic and Mo-
far from satisfactory. Many of the most common degen- lecular Bases of Inherited Disease, Seventh Edition by
erative diseases affect multiple levels of the neuroaxis. Scriver et al. and Molecular and Genetic Basis of
It is incorrect to consider Alzheimer's disease, for exam- Neurological Disease by Rosenberg et al. D. B. Calne's
ple, a cortical degeneration, when basal forebrain, dien- Neurodegenerative Diseases provides a more detailed
cephalic, and brainstemnuclei areconsistently affected.
account of the most important neurodegenerative dis-
This means of grouping disorders also leads to some
eases. To the credit of the authors, they have included
strange bedfellows. For example, it is a little discon-
even very rare entities. A tidbit of information is often
certing to find discussion of rare leukoencephalopathies
all that is provided on the most uncommon disorders,in the same category as Alzheimer's disease, where
but this is usually sufficient for placing the disorder intowhite matter is unaffected or only secondarily involved.
a frame of reference. It is, however, inadequate for aNevertheless, until more fundamental aspects of these
detailed understanding of the disorder. The fine pointsdisorders are defined, we must await a more rational
are left for further reading in the cited references.basis for classification. Unfortunately, the authors have
This is essentially a neuropathology textbook in-made no attempt at originality with respect to organi-
tended for a sophisticated audience. Most of the figureszation.
show gross and microscopic images of pathologicalThe book represents a tour de force for the two au-
entities. There are no clinical images or biochemicalthors, who are ªrenaissance neuropathologists,º an in-
charts. The book is also completely devoid of graphicalcreasingly uncommon breed of neuropathologist these
tools to assist the beginner in understanding the bio-days. The younger generations of neuropathologists
chemistry or anatomy of the disorders. As such, thistend to be more specialized and less broadly conver-
reviewer would not recommend this book as a primarysant. There is much to be said for the value of a dual
reference for trainees. On the other hand, diagnosticauthorship, rather than a multi-author book. Clearly, not
neuropathologists will be pleased to discover that thishaving to coordinate the contributions of multiple indi-
viduals increased the timeliness of this work. Despite a book contains references to some entities that are not
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described in any of the other major textbooks of neuro- Several sections of the book are a hodgepodge of
pathology currently in circulation. Melanosis of the den- disorders, such as the sections entitled ªMiscellaneous
tate nucleus of the cerebellum, for example, is described Conditionsº and another peculiar section entitled ªPe-
in some detail, but I could find no reference to this entity ripheral and Autonomic Neuropathies with Involvement
in any of the other major neuropathology textbooks. The of the Central Nervous System.º The latter section in-
authors describe melanosis of the dentate nucleus as cludes such diverse and unrelated topics as Charcot-
ªa very rare condition devoid of clinical interestº (p. 437). Marie-Tooth disease, Shy-Drager syndrome, Hirsch-
Devoidof clinical interest itmay be, but for thepracticing sprung disease, familial dysautonomia, fatal familial
neuropathologist who encounters such a microscopic insomnia, and select congenital muscular dystrophies.
finding, it is disconcerting that it is not mentioned in the The complex topic of heredodegenerative peripheral
currently available textbooks. For one who encounters neuropathies and the emerging genetic heterogeneity
such rare entities it is reassuring to know that the path of these disorders is covered in less than two pages.
one treads has been previously traveled, even if the trail This hardly does justice to the large body of current
is tenuous at times. information on these disorders (see Peripheral Neuropa-
Given the fact that the book is a product of only two thy, Third Edition by Dyck et al.). The inclusion of Shy-
authors, duplication should be minimal, but unfortu- Drager syndrome, which by modern accounts is the
nately some topics are covered in more than one place. same as multisystem atrophy (olivopontocerebellar
Nevertheless, duplication is probably less than it would atrophy/striatonigral degeneration - OPCA/SND), in this
be in a multi-authored text with a similar scope. An section is strange since it belongs in the discussion of
example of redundancy is the coverage of Lewy body basal ganglia, brainstem, and cerebellar disorders. It is,
disease. Lewy bodies are the intraneuronal inclusions incidentally, also briefly mentioned in the latter section
that characterize idiopathic Parkinson's disease. They under a different rubric, namely, sporadic OPCA. The
are discussed as a separate topic in the section on inclusion of a detailed discussion of congenital disor-
cortical degenerations and again in the section on brain- ders of intestinal innervation in a book that is otherwise
stem degenerations, but there is little to suggest that directed to neuropathologists is odd, to say the least.
such a dichotomy has any true relevance. Virtually all These entities, particularly neuronal colon dysplasia, are
cases of cortical Lewy body disease have brainstem more rightly the realm of the gastrointestinal pathology,
lesions and recent studies have shown that even in Par-
rather than neuropathology. The references to these
kinson's disease some cortical Lewy bodies are inevita-
entities are very selective and almost all in German.
ble. Another example of redundancy is found in the dis-
Select forms of muscular dystrophy are also discussed
cussion of amyloid. Parenchymal and vascular amyloid
in a very superficial manner in this section. Given thedeposits are considered in the section on proteinoses
fact that Duchenne dystrophy is the most common of
(so-called ªvasculo-parenchymatous form of amyloido-
the genetically determined myopathies, that dystrophinsisº) and also in the discussion of cerebral changes
is expressed in the brain, and that most patients within aging and Alzheimer's disease. Although it may be
Duchenne muscular dystrophy have at least mild mentalintriguing to consider the possibility that these pro-
retardation, it is strange that this topic is not includedcesses are separate, there is no biochemical evidence
anywhere in the book. On the other hand, much lessto suggest that this is true.
common and less well understood congenital muscularOn the other hand, a class of disorders that is inade-
dystrophies are chosen for inclusion. Other muscularquately covered in this book is the subacute spongiform
disorders, incidentally, are discussed elsewhere in theencephalopathies, also known as prion disorders. Prion
book. Mitochondrial myopathies, for example, are in-disorders are mentioned in several places, but nowhere
cluded in the section on disorders of respiratory chain.coherently or comprehensively. They are mentioned
This section of the book contains a truly bewilderingbriefly in the chapter onamyloidosis, but amyloid depos-
array of seemingly unrelated conditions. One cannotits are not found in all prion disorders. Fatal familial
help but wonder about the basis for inclusion of top-insomnia, for example, which is discussed briefly in a
ics in this section. Few of these disorders are primar-short section on thalamic disorders and also, curiously,
ily peripheral or autonomic neuropathies with CNSin a section on familial disorders of the autonomic ner-
involvement.vous system, is not associated with amyloid deposits.
The section on epilepsies also includes topics thatGerstmann-StrauÈ ssler-Scheinker syndrome, a prion dis-
are covered superficially. This section of the book willease with cerebellar amyloid deposits, is not discussed
be insufficient for the clinician who manages patientsat all, even though it might reasonably fit in the sections
with epilepsy and also for the neuropathologist examin-oncerebellar disorders or on amyloidoses or, preferably,
ing brains or biopsies of epilepsy patients. Benign neu-in a separate section on prion diseases. Although it
roglial tumors and hamartomatous lesions are increas-might be argued that prion diseases are ªinfectiousº
ingly recognized as the substrate of temporal lobeand therefore not relevant to present text, historically
epilepsy, and these are not covered in this book. Theand pathologically, these disorders belong to the cate-
descriptions of ªnonspecific lesionsº of an ªanoxic-isch-gory of the degenerative diseases. Furthermore, recent
emicº nature in this section are not particularly helpful.geneticstudies suggest that some prion disorders might
The epilepsies would seem to be neitheressentially met-rightly be considered a type of genetically determined
abolic nor degenerative conditions, and probably couldamyloidosis. Prion diseases are covered in some detail
have been omitted without their absence being noted.in Rosenberg et al. It is unclear why the authors of this
Despite my initial interest in the possibility that theneuropathology text chose to omit a systematic discus-
sion of prion diseases. authors would be able to present a book that integrated
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